Investigations.-Hb 700%. Film suggests iron deficiency. Urine: traces of lactose. Sweat test negative. Serum electrolytes normal. Urea 32 mg. %. Total proteins: albumin 3 *2, globulin 3 0 grams0%. Electrophoresis: moderate reduction of the gamma globulin. X-ray skull normal; no intracranial calcification. Urine: chromatogram for amino acids and indoles negative. Bone age 21 months. Insulin glucose tolerance test showed prolonged hypo-glycxmia. W.R. and Kahn negative.
This girl shows some features of both the Cockayne and the Russell type of dwarfism. Her petite build and features with the active nimble movements immediately suggest the description of "birdlike"-a term used by Cockayne (1936 Cockayne ( , 1946 when describing his dwarfed patients. The sunken eyes and maxillary prognathism are like the Cockayne type (Neill and Dingwall, 1950) . On the other hand the normal head circumference and the high bossed forehead are more in keeping with the Russell type. The nose is long and prominent and slightly beaked at the tip. This is seen in both types as is the receding jaw. The mouth shows a little of the inverted V configuration described by Russell (1954) but this child's is no more than in many normal children. She does not show the overlapping of the upper over the lower lip seen in Russell's case. The high arched palate, which this child has, was also noted by Cockayne.
The general body configuration with disproportionately short upper limbs, small hands and feet is seen in the Russell type. The Cockayne cases had relatively big hands and feet with long legs. These children also had normal birth weights whereas the present patient was small at birth, and the uterus was small throughout the pregnancy. The placenta was recorded as infarcted by the nurse and thought to be small by the mother-features noted in the Russell
type.
A recent development in this child is the onset of early deafness. This was well marked in the Cockayne dwarfs when first seen at the age of 6 and 7 years. At that time they were considered to be a little below the average in intelligence although as the years went by they became much retarded with a small head. The present patient appears to have a normal development quotient. An interesting finding in this child is the impaired response to hypoglycamia. This may be related to the retardation in bone age and suggest an element of pituitary deficiency. Russell also noted an impaired hypoglycemia response and Cockayne noted an unusually small pituitary fossa in his cases.
A unique feature appears to be the presence of hypogammaglobulinemia.
It could be related to the recurrent episodes of minor chest infection which this child has. The sister, who was similarly affected, died from the Waterhouse-Friderichsen syndrome. It is possible that this girl also had hypogammaglobulinvmia and her poor response to infection could well be related to this.
Cardiac History.-Apparently well until the age of 7 years when he had the first of five attacks of rheumatic fever with carditis. During the past few years he has developed cardiac enlargement, and severe cardiac angina, at rest and on exercise. Treated in Cyprus and in Turkey without avail, and was advised to come to London for treatment. The pain began in the left mammary region, travelled up to the left shoulder and down the left arm. During attacks lasting about ten minutes he was pale, quiet and sweating profusely.
On examination (Queen Elizabeth Hospital, 30.8.57).-Weight: 55 lb. Anxious facies with mitral flush, gross neck pulsation and visible shaking of body at each heart beat. Cardiovascular system: Radial pulses, collapsing. Blood pressure 115/0 left arm. Heart: precordial systolic thrill. Apex beat in sixth left intercostal space in anterior axillary line, heaving cardiac impulse. Heart sounds: loud systolic and diastolic murmurs present at mitral and aortic areas, characteristic of mitral and aortic valve disease. Spleen enlarged 2 fingerbreadths.
Investigations.-Chest X-ray: "A huge heart, with a normal pulmonary vascular pattern, aortic knuckle on the left side." ECG: "left ventricular strain, but no evidence of ischemia." Hb 90% (13-3 grams%). E.S.R. 2 mm. in the first hour. W.R. and Kahn negative.
Progress.-Whilst in hospital for observation, continued to have frequent severe attacks of angina at rest, especially at night; there was great distress and anxiety, with sweating and tachycardia. No (Middlesex Hospital 4.12.57 ).-General anesthesia and hypothermia. Exploration of the aortic valve. The aorta was incised above the valve level and the cusps were examined under direct vision. The right cusp showed signs of old rheumatic infection; the posterior and anterolateral cusps were sutured to reduce the size of the orifice and the aortic wall was closed with a continuous suture. The total time of anesthesia and hypothermia was three and a half hours, and the time of vascular occlusion was four minutes at a temperature of 30.60 C. (870 F.) . Following operation the blood pressure was 140/40-50.
Follow-up.-Since operation, he has had no angina. The physical signs in the cardiovascular system remain grossly abnormal. The heart size on X-ray has diminished. The blood pressure is now 145/60. He has excellent exercise tolerance. He is kept on penicillin V continuously. He has gained 6 lb. (2-7 kg.) in weight. The ECG has shown marked improvement a year after operation, the signs of left ventricular strain have disappeared and the complexes have returned to normal.
Comment.-This patient has been shown on account of the dramatic relief of angina obtained by surgical narrowing of the aortic valve orifice. Angina is a rare symptom in children with heart disease, and in aortic disease angina is much more commonly associated with stenosis than with regurgitation (Wood, 1952) . The reason for this is that the mean intra-aortic pressure is lower in most cases of stenosis than in regurgitation and it is the mean pressure which maintains the coronary circulation. It was fortunate for this child that only one of his aortic cusps was diseased (see Fig. 1 ); but for .... .......
FIG. I. Drawing made at the end of operation
showing the aortic valve cusps; the two healthy cusps have been sutured together and the diseased cusp lies free. this, it would not have been possible to narrow his aortic orifice by suture of cusps. Other procedures would have been necessary, e.g. diminishing the diameter of the aorta with a constricting ligature (Taylor et al, 1958) . The use of indwelling plastic valves has been disappointing in the treatment of severe aortic regurgitation.
